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FIgure 3:
In the panoramic X-ray, well-delimited and unilocular radiolucent images can be seen in the maxillary region on the right and in the mandibular body, compatible with odontogenic keratocysts. In the radiograph of the thorax, multiple bifid ribs and scoliosis can be observed
In view of the wide clinical spectrum of this syndrome, the management of its modalities is not standardized. It is recommended that yearly radiographs be taken to detect skeletal anomalies, as well as a panoramic jaw X-ray to provide adequate diagnosis and approach to keratocysts, which should be duly removed on account of their aggressive bone resorption potential. As a general rule, radiotherapy is avoided due to the intense sensitivity of these individuals to ionizing radiation. The best conduct is exeresis and, for extensive areas with many BCCs, photodynamic therapy with 5-aminolevulinic acid is an option. 9, 10 Recommendations such as photoprotection and regular visits to the dermatologist are necessary in the surveillance and management of skin cancer; this routine should begin in adolescence. Children considered high risck should have magnetic resonance tomography to scan for medulloblastomas. 9 As a rule, the prognosis depends on the behavior of the skin tumor. 3, 6 q
